Hypoganglionosis is a rare form of intestinal neuronal malformation, which is characterized by reduced number and size of ganglion cells of parasympathetic nerves in the intestinal wall. Pathophysiology is not well known, however intestinal ischemia, inflammation, autoimmune process or neurotoxin may play a role. Here, we report the case of a 56-year-old man with colonic pseudoobstruction and ulcerations in marked dilatedcolon above transitional zone who was later diagnosed with colonic hypoganglionosis.
INTRODUCTION
Hypoganglionosis is a hypogenetic type of intestinal innervation disorder, characterized by sparse and small myenteric ganglia in the region of colon and rectum [1] . Hypoganglionosis occurs in two sub-classification according to onset time: congenital hypoganglionosis, and acquired hypoganglionosis, in which cause of ganglia degeneration is not well known, but intestinal ischemia, inflammation, autoimmune process or neurotoxin may play a role [2] . Patient with acquired hypoganglionosis may present with constipation, abdominal pain, abdominal distension, or intestinal pseudo-obstruction without obstructive lesions. Acquired hypoganglionosis has good prognosis after performing an appropriate resection of the affected bowel [2] . Here, we report the case of a 56-year-old man with colonic pseudoobstruction and ulcerations in marked dilated colon above transitional zone who was later diagnosed with colonic hypoganglionosis.
CASE REPORT
A 56-year-old male patient was admitted to our emergency room with complaints of progressively increasing abdominal distension and pain. He suffered from recurrent constipation and abdominal distention for 5 years, which had been improved through use of laxatives or enema. He had been unable to pass stool or gas passage for three day with no response to laxatives or prokinetics. Physical examination revealed abdominal distension with hypoactive bowel sound, and he complained of tenderness at left lower quadrant without rebound tenderness. A digital rectal examination was normal. Routine laboratory evaluation was normal, including complete blood cell count, urinalysis, biochemical tests, and thyroid test. Bowel distension in especially transverse colon was seen in the simple abdominal X-ray. Abdominal computed tomography (CT) scan showed diffuse dilatation from ascending colon to descending colon with a transition zone in the sigmoidodescending (SD) junction ( Fig. 1) . Transition zone ratio (the transverse diameter ratio of the most dilatated colonic segment proximal to the transition zone to the narrowed colonic segment distal to the transition zone) was 8.75. Colonoscopy showed highly narrowed segment with need of forced pushing in the SD junction, and dilated loop with no haustration in the proximal colon. Also, there were well demarcated geographic ulcers with longitudinal array from splenic flexure to distal transverse colon (Fig. 2) . In histopathology, we can find out pathologic lesion present 7 to 8 cm away from the distal resection margin, corresponding to SD junction. Biopsy specimens from mucosa in the transition zone and ulcer in the proximal colon showed pathologically nonspecific findings. We did not perform any constipation study such as colon transit time, fecal anography or anorectal manometry, because we thought that it was dangerous to perform such exams due to patient's continuous left lower quadrant pain and tenderness. Seven days after admission, we decide to perform emergency operation due to no response to laxatives or enema and possibility of decompensation of proximal colon. He underwent subtotal colectomy with end ileostomy. Gross specimen showed the 3 cm long transition zone in distal descending colon, diffuse dilatation from proximal left colon to ascending colon, and multiple longitudinal ulcerative lesions in transverse colon, which were compatible to CT and colonoscopic findings ( (Fig. 4) . Microscopic finding of proximal colon showed normal number and shape of ganglion cells. He has been followed-up with improvement in his bowel habit (once a day) and his body weight, and quality of life after surgery. 
Pathogenesis of gangliadegeneration in acquired hypogangli-
onosishas not yet been well-known, however intestinal ischemia, inflammation, autoimmune process or neurotoxin may play a role for chronic intestinal pseudo-obstruction [4] .
CT scan is a use imaging tool providing the opportunity to not only view the dilated colon and transition zones but also to definitively exclude other diseases which can also cause chronic constipation in adults, such as colon cancer [5] . In this case, CT scan showed In our case, hypoganglionosis was confirmed by using IHC stain of c-kit which was found a reduced immunoreactivity for intestinal pacemaker activity in hypoganglionosis, and Bcl-2 which is useful marker of immature enteric ganglion cells in affected lesion [8] .
Patients with acquired hypoganglionosis in adult usually underwent a colectomy of affected colon segment for diagnosis and treatment because it is very difficult to perform the full-thickness bowel biopsy through colonoscopy unlike congenital hypoganglionosis in children patients. According to the literature, acquired hypoganglionosis could show a favorable prognosis unlike congenital hypoganglionosis if proper surgery is performed. However, occasionally additional resection could be required because of unsatisfactory clinical results and the recurrence of chronic constipation through a inadequate resection. Therefore, securing a sufficient distal margin and applying multiple full-thickness biopsies around the lesion with staining AChE during operation could be need. Gladman et al. [9] recommended that colectomy appears to be the optimum procedure in patients with a nondilated rectum, restorative proctocolectomy the most suitable in those with dilatation of the colon and rectum, and vertical reduction rectoplasty in those patients with dilatation confined to the rectum. After our patient underwent a subtotal colectomy with ileostomy, had a good bowel movement without recurrence during follow-up.
Acquired hypogangionosis in adult is a rare disease with acute or chronic colonic pseudo-obstruction. We report a case of acquired colonic hypoganglionosis with decompensation of proximal colon
